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2 HEEOEY

BT AR - B I3k

lZ &I

BELI,NRETIERDODEREZDVRI 7777 —2RHET L EBHIT,
ZOERMOFTEDREZOEEVEIEL THE 22N, BEABBLFEE
FERBEMTHBLELS. MEEORH - BEZTIBRIIBVTD, HRE
TRERENZOEROPFTEDORBEREL, FOXILBBEEZLEZLENT
ZEik, ELOTCEELRBRTHD, Z0OBHRE D LICEBODEMSTONT
WBEVOTHBRETRERY, Thbd, HIEEBEZLWT -0, &E
BERE#RL,S, ZNRRLBEATIREOEVHOZEIRL T L w)HBEE
2 ESTWEHIITHS, ZLTEOEDICR, ZOEBOEEDERINW
BEehh, BEBECHoTE, EROBRBBAXDWTOERVWEATH 3.
BEEDHKEREICOWTRERE P S WVAVARHRVELINTVWED, B
EETOLTS, L OhOEEEREMICIRIERLERIMELTVE Y
DB VWEEZS,

2.1 MEEOREER

2.1.1  BEEFEBREHSEGHERR

2.1. 1.1, #RIGHEREIE (neurofibromatosis)

neurofibromatosis typel (NF1) &, EHREMMEEEEZE T2HEEBT, 3,000
~4,000 Al 1 ADREREZNTRY, REOMBEEE, T /FHH,
café-au-lait spot, RAEBEZ EZBEE TS, L, BAAKKLA
DI L B Hi B neurofibromatosits type 2 (NF2) &, WEIBEHREIE, B
g, WRBEZEERETS. MHOEMLERBTIX 17q11, #BEFX 22q11-
22q13 Lich B EIN T3,

Epidemiology of brain tumor
Soichiro Shibui, Kazuhiro Nomura
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2.1.1.2 Li-Fraumeni fE{R8f

B, BHE MG, ENGSEEL L OREEESREL, BLEET
(F @73 22R7 N 17p13 kicdH 3 TP53' EENTw3, TP53 13 OEHEE L 0
PRI NTRY, BdT 2 EMREOREDRED 1 DL &N T3,

2.1 1.3 #EEIE{LEE (tuberous sclerosis, TS)

FEENYERE(LIE 1, BREIZ, subependymal giant cell astrocytoma, KI8EF
BEEL 3FHEL, BEEBETFREAF16pI3 BIU 9q34 icH B T EH¥
HLTw3, :

2.1.1.4 von Hippel-Lindau /%

von Hippel-Lindau JR 13 B R fHEEREL L, DB - HE - THOEE
RECMEEEHEL, B Bk EREBE MR T 24, Bl
BoREHEELR 2603, BERETFIR3p25 L¥N T3,

2.1.2 JVUFA—-RICEITBEEFEE

EfaEORECBLTOBEETFHLAERESERIN T2, 7, RIEEM
fah 6 EMEEICET 2RATTPS3 BX U PDGF ik EDEERBHETH
2L30, ISR 19ERLEE RBEETFOEERK X BHREEME
i), 10BRERLEDRERET, BIFE (glioblastoma) ~&E1LL
THDEEZLGNTW S, &) KEMBENEXEBEMLL CBFE
2% 2 T { — 83 secondary glioblastoma & MEIEN 528, THICHL, I
D& BEAERRVBIFE (primary glioblastoma) bFEEL, I8 b
EGFR, MDM2, PTEN, pl6 % E2{ HIOBEFRELHEI LEnTw3 (K
1) [1]. EMREEICB VT, TPS3DEEIZ30~40%ICEDHONBDAT,
TP53 DA TR EMEBORE >V TOHBERIRTETH D, MOERDHE
EbEZonD,

FYA—v &Y, NESOFEREFOEE XFH T, BENERD
BETERVY, CLAEFLORBERTORENKEVELIERH 3
[2,3].
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SEEEMBE FE BIEEME

P53%R (>65%) s (o)
PDGF-A,PDGFR-a i_;;%ﬁ}%ﬁ(jso% )
BEIFEE (~60%)
MDM2
2naiE 1 iIE(<10%)
‘n | -~ 00
LOH 19q(~50%) - BRIRER (~50%)
by ~O80,
| RBER(25%) P16& % (30~40%)
IR R 2 fHRafE LOH 10p & 10gq
LOH 10q B (a0,
PTENZE R (5%) PTENZE (~30%)
DCCHIRE K (~50%) RBZER
' PDGFR- o B8 (<10%) |
ZREBEE —REBFE

(Kleihues 2000)

1 ZREEGRTFREICLS 7Y A—<0BEMEN (Kleihues 2000 & b HZE) [1]

2.1.3 REAETF

BERTFLLUTCONBEEDOHKE L ORBLBEEEPTHINTVwE b DIk
WEEZ D, BEOBRE B EcoSEERAE, BigH sy y, 7
J—=N, BEA, AHRITL, BBV LMY, BT HHRENS
EEEDOTIIZ 2\ [4-6], Zhictl, MEBRBHIMEEOREL LD
C CEREEDNR Y, TR, ERBERERIERICN L CERE O REHRES
DRINTEY, BERDZVIETHRERIC IV 4 —, HEE, HEHE:R
ERBHLTVE I EBRESNTVS [7,8]. £, ARHIOE M CHT
DEEADIEE DS, OV A —REDFERICK>TWBEEELILNT VS
[9,10]. —#, BEROMEICEET 2 FRICNEELHIIFEBSHR TS v
IBEDS, BHELNEEOBRVEEINTVS, INCEELT, BEE
EROE L WEFESED O RET 2 BUEVIKER ORAEIZ 025 Bk
RENTED, BRIV THEFRENRBINTRS, ThiK2WTh
RENZBEEERGIEHINTE ST, ERETREENZREHRZHL TR
HEoHo[11]. LaLlhds, SBITETEFEZOFHEECHERRY -
DEEMT AERICH D, FlhRESDEICL 2 WEEEL H 3,
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2.2 MEBOEFHE

ERICB T MEEOREEEICLO>WT, FEREFRELNATES T,
REOFERE 2T % 2 LH% >, Central Brain Tumor Registry of the
United States (CBTRUS 2004) iz kqid, KEI B 2 EHEEREEOFKE
REFADI0FASOER 141 A (BEEE 68 A, BEEETIA) TH
b, Bilcix, BHI39A, ZE143ANEZINTED, BETLEILSZ
[12]. RETIE, T DI Surveillance Epidemiology and End Results (SEER),
National Cancer Data Base (NCDB), The North American Association of
Cancer Registries 72 £ DFRERE Y H 5. EXFIOFKEHE X ERERICH D,
ZOHEHBED 1oL LT, 1970 FERD CT A ¥ ¥ < 1980 F£RD MRIZ D JE
BEABREOERIEZ 613 [13]. EEFIENMEROZE L wOIZERY
VRETHY, SHRENEEEHINLE, SBRENEE L OBNNEEIC
BoTWE, ZOfh, bkRIE, WEHE TEERERCOEMSERINT
w3, Fi, MRBIUVEREOMEBENSEMLTH30Y, SBEOERE L
TRBET WD 15TH 5 [14).

2.3 RMEBSEFE (Brain Tumor Registry of Japan)

10

2.3.1  #HIERUSEE

BN B 3 EERE IcOWTIE, 1974 IR I N NEELEHE
ZEERIIDEREINTHVS, 1977 EDE 1 BOREREELE, HEET
K11 BOMESVBRTINTED, BHFDOD DI 2003 4 9 A Nuerologia
medico-chirurgica @ supplement & L THRXIZTHTINA, Ik, £
300 £ O OREIRARIER X D 1969 LK, ERIRE X2 4,000 ~ 5,000
TEDI, &5 98,647 VBRI NTE Y, REHE, £HERL CEEMBTNE
ENTW 2 [15]. 1984 ~ 1996 FEDFER] 51,818 BlicoWC, BLEEOE Y
bDFT YA —2D273% T, BENE262%, TEERE152%, HEHE
104% D52 UcHivTwa (1), £, EESLIEERZLETS L, b
DTCR TV A== bEH o7, 1992 EDKE TR, HEEOHEENSED
B %oTWw3, FAlcH2 L, 15 BRBONRTIES Y 4 —<2357.5%
B LR E®, fvCIEHEE 15.4%, TEEWEERE9.0%, $HERE2.0%
Lo TEY, BALRD»RVEENEL> TS, £/, T0RM EOEH
ECRVEEOB L ORMEIE 3% T, VTS VA—<269%, FT&E
SPRIE 10.1%, fREHEE7.1% THH, ZNICEEY U E 6.7% MR T 5,
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®1 NEE2EHC L 2EEMESOHEE (1991 ~ 1996 E£BHEEH) [15]
i (%)

el <15 15~ 69 70 =

FUA—= 27.3% 57.7% 24.3% 26.9%
BaREE 26.2 2.0 26.2 42.3
TEFRE 15.2 1.9 17.2 10.1
TriREEE 10.4 1.1 11.8 7.1
TEEATEIE 3.5 .90 33 1.6
Eik) v osE 2.9 0.4 2.6 6.7
MmEFE 1.7 0.4 2.0 1.0
BREEN - EE 1.6 1.6 1.7 0.5
PR A e 2.8 15.4 2.0 0.0
Z Dt 8.4 10.5 8.9 , 3.8
&5t 100.0 100.0 100.0 100.0
(n=51,818) (n=4,070) (n=41,653) (n=6,095)

TN L CBTRUS Ti, VA —2d453% L EHbdDTHEEIEL, Th

ICREIRIE 20.2%, MREEHIE 7.9%, TEMEIRIES.9% M T3,

7V A —<ORTOHEER, BFE (glioblastoma) MR HE < 324% % 5
%, T EMIEE (astrocytoma) 27.0%, BEREEMAE 17.2%, =5
BREBIESS% Lo T03Y, IHVERICL-TZOHEERARE(ERD,
15 BRED/NR T EMBED 292% %2 5D 2D ic 0 LBHEEIZ 5.4% 10
EY, AL 70U EOBERE TIX, SO9%MBIFETH 5. HikkLH
DHPLEZTOERED VA —DFRRIELOTELI LNTFEINS
(R2). ‘

2.3.2 FWH%

1984 5 96 FEETOT =05, REMLEREMEEOERLFH L
77 (K2A-1). BFERZ0OHRRZEY—27 L LT, BHZLLVEETHY,
Bxhiz 1.4:1 L BERSW(RI2A), Inicy L EMifElEciz B 1.15:
1 LIZIERSERD, 30MABE»S 40BRMAIKE L, 10BAEBIZLES 12
DE—7hH 5 (K2B). BUREEMBERL Z0oF0hENEETH D,
Brhhld 1271 L BEREMT, FHIHETH SORA»S 60 BRI —2
2FT5 (®20). Zns0RdsbEMEE, S BREREEMEELZC,

11
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#2 NEZSEHICLZ8ESY A —<DHEE (1991 ~ 1996 FEHEH) [15]

FEHp (%)
241 <15 C15~69 70 s
 BHE . 32.4% 5.4% 35.0% 59.9%

EffaE 27.0 29.2 28.4 14.1
BB aE 17.2 8.7 18.9 204
P o 5.5 12.7 43 12
BRI R 0.6 0.1 0.8 0.5
EAKIE ' 2.9 6.9 23 0.2
BRI LKIE 0.9 2.7 06 0.2
IRA&HEFLEIE 1.2 2.9 0.9 0.3
i 40 183 0.9 0.1
ZOMD T A —= 8.3 13.1 7.9 3.1
&5t 100.0 100.0 100.0 100.0
(n=14,418) (n=2,650) (n=10,132) (n=1,636)

12

BEHEAN LML TRFVE AN S, ZRERBER, 40mR2E—27 L
LT, 2REDEETRBHIZE L, ZnRUBREEIIS VY, 2ETIRE
izigiF1:1 eoTws (HM2D). EXRE, HFEI/DRICLVEETH
208, ERIETIPENKIZS S 12D E—2%2ET 5 (K2E,F), BEEEE1:
2.8 LEHILHVERTH 5. FHERI SO0RNADS 0 BRI CELOH/T
3 (M2G), HEEHED 1:1.3 L LEIcETEL, S0ER»S 60 Btz —
sH% 2 (M2H), TEERER, 20BEIC XD FRERDELIERS.
SETIRTIEEIR R o Tw B Y, RVEVIEESTEERER 50K R2 5 60
BRIC120E-27 2R TOHRTHY, 20525 30 ZARKLITITOE—2
i3, TRERLLET0S 2 F VEERTERRETH 2 Z L 05bh 5 (K
2IK). BB, BOEEEOEML TwA3ERY) v EoERomezrRT (X
2L). ThLEBHEBEOBERILS, Btz 13:1TH3,

2.8.3 HEERICREERIZTETF

BREZICBECTRBOEETHV STV 2 TNM ZHIRBEB I T
W, BERZEZCTOHEETHIUL, ERIZEBHMTHZ I EOMTIIERL, #H
HIZX-oTHET 228 b% v, Zzhicl, BFEDEAR, »hhEHK
RRINZELTOFREPLVBELVWEEZ S, BB T, Rk
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%3 NEFLEMEHC L 3 8EMIEBEZ O 5 FRBMEFE (1991 ~ 1996 EZHEER) [15]

REBI%L 14 2% 34 4 F 5%
BUIHE 1,573 89.6% 79.7% 73.8% 70.9% 66.5%
SBR L B YIS 1,066 67.6 43.0 32.2 26.4 23.4
EsE 2,125 55.2 19.6 11.4 8.8 7.0
= SIS 152 95.3 91.8 87.1 83.8 82.0
BRI S re s 43 87.5 84.7 75.0 71.7 68.2
Fo I 6,367 97.9 96.6 95.7 94.8 93.7
PO . 5,757 73.3 51.9 44.4 40.9 38.1

EINFHEATFROMENTRER I L%\, RI3 LKENEED RBERE
TeRY., HEEDSFEFENBTBTHEDICNL, FY I —<LfTi
381%ThHhH, ZDIHH, EMITETIE 66.5%, BRI EMEEIT 23.4%,
[BEEREIX 7.0%TH 3.

BEEL O REEE TR, EXRWICEMNICHEET2 2 L clRiises s
ENTES, ZNRMNL, VT —OFRICHERLEZ 2T L LT, FIF,
TR, SR, TETD performance status 72 £ 32 5 LT 3 [16-19], ¥
SIZAZT7FIT ALY, BEHRIBEIC nitrosourea 5 DALEFREH] % HEH
THILT, FROWENRSND I L HHRS 1k 20]. MIESLEGE
KX BEFRTOEKRBERA»AROND, EEEAOFELEZ 5 LT, v
TYARALALE UTRIESTEDOEZH T, Level IVBELE L 272, BT
PlaRRe LRETSH 570, HRMEEEIEVEEZ 3 211,

2.3.3.1 i

TVA—DEFRIISOFRZEEZ LABICETTI2EAZ b > T3,
EEETIZ 0% BEDFEFRD, 70 B TIE 40%, 80 BT 30% 5
TIAETT 2, A4ZF () RETE, 55BKBLZNU EoBIcEES
BH o, DIE6S Bk E 2Nl E, TSEERME 2Nl E, 85k L 2
NUEDZNEFNIEREND D, BRECR I0REL T LICFEER2 b
TEERBDETHA NS (K3)., Znix, EMIEE BEREEMEE,
BIHFEOTNTICEET2ERATHD, REED S A — < IR IR
BRATBIARTHBLEEZS.

15
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B3 ZER, FilAlS FEFR

2.3.3.2 {ii@y performance status

WIS B O performance status % B9 RI4E & LT, Karnofsky scale &
Eastern Cooperative Oncology Group (ECOG) H»HEAE T\ 373, MEE
EEHEFCRERERE2 MER, BREROA, RIER, BERETE, B
BEE, SIE, WRPEEED 7 BRIV CHHER LT 5, MIREERNR
FUBEM RTINS I%UTOESTHZ70, B4icinszirveiz5ER
cosFiRer Ry, EMRECTRE, EERLAEEROBICERENAS
Nizgho s, BEREEMEER LOCBFETEZORRKREL, BEXEE
TORPRROEEEE2RL W3, £, EfifaiEs X CEMREEMIzE
Tk, BREER:BEEROMICEREENALGN, BERMHRELLEEGOFH
DEIZRL T3S,

2.3.3.3 FfiiEbE

EHEETHFMNCLHTCENITBRTETH 2. LrLiedss, Mss
EELRYNEBIRFMICBYHRBELDTREVEY, FRIcRBZb-
THH T 5 2 LIIATETH 2. BFER ST, CT® MRIICTERAT
EREZR T 2HEE, 6B em A E CEEOBENALN, BUOMOBKE LR
FLAEEMET2Z L3RETH S, BETR, EEE=F ) v /P FES -
YavOREEILLD, BELLPOBRARIEEZHEH T2 L8 TE5 L)
WKioTERD, BEIREEOBEMZ L OERICEE L BB AR R
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4 BBENERICEZ ) A —2DEFER

EMABIEDTER, S5V A —<DRHENOEREHELRT. B
FETI S0%MHE L ERE ORICERED R LS, T5%HEHICL D S0%UT
DM L EEZVH S, IORFAHENEDICION, ZNTNEEERZ DT
EFEROLEENBZ LD, BLBEEOEVBHETY, FHNTRICKIET
HEOBOWI L5, BUREEMBES L OCEMBEETE, 715% T
OFETIRZNAUT EERENR, O5SBOMHBITL D 71S%UTOREEE
BER2LDXIICRD, JYVA—vRILR SROESELEETHID, TR
WRABOFEEZRS Z LBFROBBIOLEVBELDEELS
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